Introduction
Infants born with distended abdomen and absence of meconium passage require extensive investigation to arrive at an accurate diagnosis. Surgical causes such as small bowel obstructions, malrotation and Hirschprung disease should be excluded early to avoid significant complications and high morbidity. 1 Cystic fibrosis is the main non-surgical etiology in newborns. 2, 3 However, other rare etiologies should be included in the differential diagnosis. We present a case of a premature newborn girl who was born with a distended abdomen and absence of meconium passage that was ultimately diagnosed as congenital chloride diarrhea (CCD).
Case
A 36-week gestation female newborn of Arab descent was delivered by spontaneous vaginal delivery. Birth weight was 3015 g and the Apgar score was 9 and10 at 1 and 5 min, respectively. Prenatal ultrasound at 35 weeks gestation noted abdominal distention and polyhydramnios. Parents were not related, reported to be healthy and with no family history of gastrointestinal disease. Physical examination revealed distended abdomen with no other significant findings.
Postnatally the infant did not pass meconium and abdominal distention increased significantly. Complete blood count, serum electrolyte levels and kidney function tests were initially within normal limits. Abdominal X-ray revealed diffuse dilated intestinal loops without signs of local obstructions (Figure 1 ). Barium enema showed no signs of obstruction and excluded the diagnosis of Hirschprung disease. The working clinical diagnosis at this point was meconium ileus caused by cystic fibrosis. Treatment consisted of repeated mucomyst (acetylcysteine) enemas along with gastric decompression via nasogastric tube. After 5 days meconium passed, abdominal distention resolved and oral feeding was started. A few days later, the baby developed hyponatremia, hypochloremia and metabolic alkalosis. DNA genetic testing for mutations for cystic fibrosis was negative. Urine chloride concentration was within normal limits. Watery diarrhea developed and increased fecal chloride concentration (>100 mmol l -1 ; normal <40 mmol l -1 ) was documented ( Table 1) . As repeated blood and fecal electrolytes showed same results, CCD was considered as the presumed etiology. The infant was treated with infusion of sodium chloride and potassium solutions resulting ultimately in normal serum sodium concentration.
DNA sequencing revealed that the baby was homozygous for C.559G >T disease-causing mutation in the exon 5 of SLC26A3 gene, confirming the diagnosis of CCD. Both parents were found to be heterozygous carriers of the same mutation. At 1 year of age, the child was thriving and developing normally.
Discussion
CCD is an autosomal recessive inherited disorder caused by a defect in Cl À /HCO 3 exchange, mainly expressed in the apical brush border of ileal and colonic epithelium, resulting in chloride-rich diarrhea leading eventually to hypokalemia, hyponatremia and metabolic alkalosis. 1, 4 CCD may also present prenatally as polyhydramnios due to intrauterine diarrhea leading to premature delivery. [4] [5] [6] The disease is frequently found in Finland with incidence of 1 in 30 000 7 and in Arab children of Saudi Arabia and Kuwait with incidence of 1 in 5500. 8, 9 In spite of this relatively high incidence, the diagnosis is frequently delayed and confused with other similar diseases. [6] [7] [8] Intestinal obstruction of the newborn can be caused by multiple conditions.
1 Surgical conditions include intestinal atresia, malrotation, pyloric stenosis, annular pancreas, duplication cyst and Hirschprung disease. Common non-surgical etiologies include cystic fibrosis and Barter syndrome. 6 The clinical signs and symptoms frequently overlap, making it difficult to distinguish between them. 7, 8 Genetic testing for gene mutations causing CCD has become available to confirm the diagnosis. Our patient was found to have C.559G >T mutation similar to that reported in nine children from Kuwait and Saudi Arabia. 9, 10 Other frequent mutations were described in the literature such as 951-953delGGT in Finish patients and 2025-2026insATC in Polish patients. Other rare mutations were described as well in several other countries.
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In newborns presenting with distended abdomen and delayed passage of meconium, both surgical causes and cystic fibrosis need to be excluded. Co-existent metabolic disturbance such as hypochloremic and hypokalemic metabolic alkalosis should raise the suspicion of Barter disease as well. But clinicians should be vigilant to look for diarrhea in these newborns and include CCD in differential diagnosis. As seen in our case, the diagnosis was only made at an age of 2 weeks and only after observing watery diarrhea. Obtaining fecal samples and measuring chloride concentration is an easy and rapid way to make the diagnosis of CCD without delay. Making the correct diagnosis as soon as possible is highly important as administration of early treatment with NaCl and KCl solution supplements allows the maintenance of normal electrolyte and acid-base balance, normal growth and development, and favorable outcome of the disease. 12 
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